Abstract
We present a case in which an intracranial tumour replacing all intracranial contents was diagnosed by sonography at 31 weeks' gestation. The patient was delivered by caesarean section and died shortly after delivery. At necropsy, the tumour was found to be a teratoma with no recognisable normal brain tissue present. Additional findings at necropsy included pulmonary and adrenal hypoplasia. The diagnosis and prognosis of intracranial teratomas diagnosed in utero, and the association of this tumour with pulmonary hypoplasia, are discussed.
(J7 Med Genet 1993;30: Teratomas are the most common intracranial neoplasms occurring in utero, but are very rare; only about 20 cases have been diagnosed in utero. '-7 At 31 weeks, cursory sonography for evaluation of the size/dates discrepancy suggested hydrocephalus and polyhydramnios. The patient was referred to the Sharp/Children's prenatal diagnostic centre for a detailed sonographic evaluation. Ultrasound showed polyhydramnios, placentomegaly, and macrocephaly. The amniotic fluid index was approximately 40 cm (normal 6 to 24 cm). The placental thickness ranged up to 8 cm, and the subjective impression was that the placental mass was more than twice the normal size for a term pregnancy.
Examination of the head and cranial contents was remarkable. The biparietal diameter was 14 0 cm (normal 7 At necropsy, the cranium was ma enlarged and completely filled with haemorrhagic appearing mass. No i brain architecture was identified. All germ layers were represented within the confirming the diagnosis of intracrania toma (fig 3) . There was no extracranial sion of the tumour. A gestational age of 32-5 weeks was determined by foot length measurement (6-3 cm) . In addition to the intracranial pathology, a diffusely enlarged liver (178 g, normal 76 g), small adrenals (1-6 g, normal 5 0 g), and hypoplastic lungs (24 g, normal 38 ± 10 g) were noted. Microscopic examination showed reduced radial alveolar counts, confirming the diagnosis of pulmonary hypoplasia.
The placenta was large (570 g, normal 290 to 320 g) and spongy. Microscopic examination showed diffuse chorionic villus oedema and pigmented macrophages within the amnion. Chorionic villus oedema has been reported in association with sacrococcygeal teratomas, but not with intracranial teratomas. The fetus and the teratoma both had 46,XX chromosome complements, with identical pericentromeric markers.
The mother has subsequently had a term delivery of a normal infant.
Discussion
Teratomas are the most common fetal tumours, with intracranial teratomas second in frequency only to sacrococcygeal teratomas.f'0 Teratomas represent half of all neonatal intracranial neoplasms. 4 There are 20 previous reports of prenatal diagnosis of intracranial teratomas1-7 and among these there was only one survivor. This infant had complete resection of a malignant intracranial teratoma, but has severe intellectual impairment.5 The sonographic diagnosis of intracranial teratoma has usually occurred in the setting of rapid increase in the fundal height during the late second and third trimester; sonography shows polyhydramnios and either macrocephaly with a large intracranial tumour, or hydrocephalus and a mass lesion. In cases with diagnosis several weeks before delivery, increase in the size of the mass and of the fetal head has been dramatic. 2 The differential diagnosis of fetal intracranial masses includes teratoma, neuroectodermal tumours, astrocytomas, glioblastoma multiform, and choroid plexus papilloma.6 Additionally, there has been one report in which intracranial teratoma was suspected, but the fetus proved X * to have evolving hydranencephaly." There -s-t have only been a handful of sonographic diagnoses of intracranial tumours other than teratomas in utero,' and differentiation of teratoma from other tumours cannot currently be made with certainty until after delivery.
Extracranial abnormalities noted at necropsy in cases of congenital intracranial teratomas have not been well described. In the present case, extracranial features included hepatomegaly, adrenal hypoplasia, and pulmonary hypoplasia. Odell 
